A 62-year-old, right-handed man with no family history presented with hemiatrophy (atrophy on one side of the body). He noticed right arm weakness in adolescence, and subsequently right foot drop. Neurologic examinations, including electromyography and imaging, showed right side predominant weakness/atrophy (figure). No asymmetry was apparent in systemic organs, including the brain. Southern blotting analysis for facioscapulohumeral muscular dystrophy (FSHD) revealed a 20-kb EcoRI fragment on 4q35 (normal Ͼ35 kb).
Figure
Photographs and muscle imaging findings of the whole body in a patient with facioscapulohumeral muscular dystrophy
(A) The patient shows remarkable atrophy of the right facial, shoulder girdle, pectoral, humeral, and calf muscles with a scapular wing (with permission). (B) CT of the shoulder and T2-weighted MRI of the 4 limbs. CT shows atrophy of the right shoulder girdle and greater pectoral muscles. Replacement of muscle tissue by fat is asymmetrically pronounced in the right biceps and the triceps brachii, forearm, femoral, tibialis anterior, and calf muscles on MRI.
